normal. Flaccid weakness of all muscles of trunk, abdomen and lower extremities. Well marked hypotonia. Loss of tendon reflexes and of the superficial reflexes in the lower limbs. DISCUSSION. Dr. FEILING said that he showed this case chiefly from the point of view of diagnosis. Was it one of amyotonia congenita or one of the progressive spinal paralysis of Werdnig and Hoffmann? Personally he confessed to a great difficulty in making the differential diagnosis.
Dr. COLLIER (President) said that the case was in every way a typical one of the amyotonia congenita of Oppenheim, and differed entirely from what he recognized as the Werdnig-Hoffmann disease. He had seen several examples of the latter disease, and of these two had been examined pathologically and had proved to be cases of progressive degeneration of spinal neurones. He thought that Knud Krabbes' review had confused the issue in that he had included cases of Oppenheimn's disease in his selected list of cases of Werdnig-Hoffmann disease, notably some of the cases recorded by Dr. Wilson and himself.
Cases of Progressive Lenticular Degeneration and
Hepatic Cirrhosis.
By STANLEY BARNES, M.D.(Birmingham).
THESE three children are the offspring of parents both of whom appear.to be healthy. There is no history of nervous disease or of cirrhosis of the liver in the family of either parent. The family (of whom three members are shown) consists of eight children, whose ages range from 16 years to 1 year old.
All the children have been examined; two only (Cases I and II) show signs of nervous disease, whilst in four of them there is more or less indication of liver disease. The three eldest children show neither nervous nor hepatic disease.
Case I.-Phcebe B., aged 11. In February, 1920, she had a febrile illness with jaundice. There was no cedema or ascites. Since then she has had occasional attacks of vomiting, occasionally hematemesis. In February, 1922, her tonsils and adenoids were removed as she had an offensive discharge from the nose. The attacks of vomiting continued, accompanied by feverishness; she was hysterical on occasions and would cry out for no reason.
The stiffness of the limbs came on during 1922, and with this there was increasing dysarthria and excessive salivation with constant dribbling.
She was admitted to the General Hospital, Birmingham, July 20, 1923 . She was an emotional child of moderate intelligence. The mouth was kept half open and the face had a very vacant expression. The smile was stiff and slow.
Throughout, the muscles appeared to be unusually rigid, particularly those of the right side of the body. On passive movement there was always more resistance than the normal, and this was more marked in the arms than the legs. Any attempt at gripping with the right hand, after producing a powerful action, was of such a tonic type that relaxation was only possible after a few seconds of effort. and on December 25 it was noticed her eyes were jaundiced. The abdominal pain continued, there was vomiting, and the jaundice became more marked. On December 26 it was noticed that the abdomen was swollen, and she complained that her boots were too tight. She also complained of pains in the right side of the neck and buzzing in the ears. There had been several attacks of vomiting, and on Saturday, December 29, the mother said she noticed an inflammation around the umbilicus.
She was admitted to hospital on January 2, 1924; at that time she was slightly jaundiced. She seems an intelligent child, and shows no rigidity of face or limbs. On examination of the abdomen there is seen to be a marked ascites. The lower border of the spleen can be felt 11 in. below the costal margin. The liver has an upper border found by percussion at the seventh rib, and the lower border is hard and extends 1 in. below the costal margin. The urine contains a cloud of albumin and bile pigment.
The nervous system shows nothing abnormal. ALICE M., aged 57, married. Eleven years ago she first noticed that her hands trembled when she used them. Three years ago her legs became weak, and she dragged her feet in walking. About the same time articulation began to be tremulous. From the beginning she has had no pain apart from occasional headaches during the past four or five months. Her disability has been gradually and steadily progressive.
At the age of 20 she had scarlet fever, but otherwise her health has been excellent before the onset of her present trouble. Her consumption of alcohol is moderate.
She married at 28, and has two daughters, aged 30 and 28 respectively, who have always been healthy. There were no other pregnancies. Her husband died eleven years ago of cirrhosis of the liver.
Her father, who is 82, became paralysed two or three years ago. Her mother died at the age of 39 of heart disease. Her only brother and sister are alive and healthy.
